SUMMARY The fundus abnormalities of Leber's congenital amaurosis are extremely variable, from normal to salt-and-pepper changes to typical retinitis pigmentosa. A less commonly seen appearance is that of multiple, irregular shaped, yellowish white flecks deep in the midperipheral retina in a periarteriolar distribution. The nasal fundus as well as the posterior pole are spared. Such a case is presented along with a four-year follow-up together with the fluorescein angiographic findings. The flecks appear to be specific for this entity.
In 1896 Leber originally described a syndrome of congenital blindness with nystagmus, poor pupillary response, and funduscopic findings of tapetoretinal degeneration.' In 1954 Franceschetti and Dieterle2 emphasised the importance of a markedly abnormal or extinct electroretinogram (ERG) in the diagnosis of the syndrome complex now known as Leber's congenital amaurosis. Other findings of this autosomal recessive inherited disease include photophobia, digito-ocular sign, and subsequent sunken eyeballs. There may be associated ocular and systemic abnormalities such as keratoconus, keratoglobus, cataract, strabismus, mental retardation, deafness, renal dysgenesis, and neurological deficits. The modern nomenclature of Leber's congenital amaurosis has been challenged by some '; estigators as to its representation of the views of the original author. ' The fundus changes in this syndrome are extremely variable4 from normal' to salt-and-pepper changes to typical retinitis pigmentosa," and occasionally the changes may resemble choroideraemia.7 Commonly the ophthalmoscopic picture may be quite polymorphic. defined borders but becoming more confluent peripherally were found in a periarteriolar distribution in the midperiphery (Fig. 1) . The nasal fundus as well as the posterior pole and the far periphery fundus adjacent to the ora serrata were spared. In this spared peripheral zone salt and pepper changes were seen. These lesions were remarkably symmetrical bilaterally.
In October 1982 a follow-up examination revealed essentially unchanged ocular status. These lesions, however, appeared more greyish in the peripheral aspects and the far peripheral pigmentation was more evident. The lesions appeared to have diminished in size in the peripheral margin (Figs. 2B, 3B) as compared with comparable areas seen in 1978 (Figs. 2A, 3A) . A fluorescein angiogram showed hypofluorescence corresponding to the yellowish white flecks (Fig. 4) . No staining or leakage of fluorescein resulted from these lesions, while hypofluorescence and window defects corresponded with hyper/hypopigmentation of the salt and pepper retinal changes. There was also leakage from the peripheral vessels over the areas of the flecks (Fig. 5) .
Discussion
In addition to these unusual yellowish white flecks in the midperiphery of the fundus our patient presented with nystagmus, digito-oculo sign, congenital blindness, and an unrecordable ERG, confirming the diagnosis of Leber's congenital amaurosis. This striking fundus appearance is a rare picture seen in the syndrome complex of Leber's congenital amaurosis. It was first described by Franceschetti unknown in our patient. Two 
